. Extensive malar purpura Specialised blood cultures revealed a pathogen which was confirmed by CDC Colindale as being a member of the DF2 Group. Figure 2 . Peripheral gangrene to the digits of the hand
Hypertrophy of the raphe perinei in male infants
Discussion DF2 is a slow growing, non-motile, pleomorphic, Gramnegative bacillus, first identified in 1973. It is an opportunistic pathogen of low virulence and is usually acquired through contact with animals, especially dogs and cats. The portal of entry need not be significant and exposure to animals alone may result in infection.
Immunocompromised patients such as diabetics, alcoholics and those with chronic disease appear to be most susceptible! but it may occur in healthy individuals'', DF2 septicaemia has an overall mortality of27%. DF2 is sensitive to most antibiotics and penicillin is the drug of choice", Previously described clinical features of DF2 septicaemia include disseminated intravascular coagulopathy, endocarditis, pneumonia, purulent meningitis, symmetrical peripheral gangrene (often requiring amputation) oligoarticular arthritis, myocardial infarction, brain abscess and membranoproliferative glomerulonephritis". The sudden appearance of purpura on the cheek and nose -malar purpura -in a patient with sepsis is said to be pathognomonic of the generalized Schwartzman reaction''. The organism is difficult to culture because of its slow growing and fastidious requirements and this probably results in it being under diagnosed. Examination of a Gram stain of the peripheral blood or buffy coat is of value to aid early diagnosis".
The potentially fulminant nature of DF2 infection in high risk patients warrants penicillin prophylaxis after animal bites. All animal bites should receive thorough wound care and assessment for tetanus status.
This antibiotic prophylaxis will also provide protection against Pasteurella multocida infection which is a commonly isolated infecting organism in dog bite wounds", Although the clinical features of this infection are indistinguishable from those caused by other bacteria, the knowledge of animal contact, in an immunocompromised patient must be recognized as providing a background setting for this infection. Clinical and microbiological analysis is ofprime importance in the early diagnosis of this potentially lethal infection. A rare embryonal hypertrophy of the raphe perinei in male infants, not hitherto recorded, is described.
Case reports
Three cases of hypertrophy of the raphe perinei in black (Xhosa) infants have been observed: two at the Red Cross War Memorial Children's Hospital and one at St Monica's Maternity Hospital, in Cape Town. The first instance was in a male infant (2 months old) who attended the hospital for a minor transient complaint. The second was about the same age. What had been a curiosity in the first infant, had become an oddity in the second. The third appearance was at St Monica's, in a prematurely born dissimilar twin whose male twin was not similarly affected. The condition may, therefore, be classified as a type of hypertrophy. 0141-0768/91/ 120750-02/$02.00/0 © 1991 The Royal Society of Medicine Figure 1 illustrates the hypertrophied raphe as it was seen in the first and second infants. The third case in the prematurely born twin with birthweight of 780 g was compared with his twin's perineal raphe and, whereas the raphe in the affected twin was of the calibre of the lead in a pencil, that of the unaffected was of the calibre of a hog's bristle.
Discussion
The urethral folds appear at the undifferentiated stage in the development of the external genitalia and they include the cloacal membrane. The fusion of the urethral folds from Journal of the Royal Society of Medicine Volume 84 December 1991 751 the posterior or cloacal end forwards traverses the embryonal region, then the eventual scrotal midline to reach its termination at the distal end of the penis. The perineal, scrotal and penile raphes constitute, therefore, one continuous raphe.
A feature of the hypertrophied perineal raphe in the three infants observed was the precise anterior termination of the hypertrophy of the perineal raphe at the perineoscrotal junctionthe scrotal and penile raphes being completely unaffected. The posterior termination, however, was visibly imprecise in that the raphe crossed the anterior border of the anus where it dipped into the anal canal (Figure 1) .
A search in the medical literature has discovered no comparable case. Recently a 'prominent perineal raphe' was added to Townes-Brocks syndrome's rather large collection'. The raphe added, however, was not a simple regular hypertrophy, as illustrated here, but more in the nature of irregular coarse enlargement. The Townes-Brocks syndrome necessarily includes inherited familial association and such relationship is surely excluded from the three cases recorded here, which is emphasized by the fact that one case was a dissimilar twin. In the case illustrated here it was the mother herself who first noticed the hypertrophy for which she sought medical opinion; and in all three cases there was no other defect of surface anatomy. Hereditary protein C deficiency is inherited as an autosomal dominant trait and is a risk factor for venous thrombosis'<, We present a patient with portal vein thrombosis and oesophageal varices associated with protein C deficiency who also had tuberous sclerosis and a retroperitoneal angioleiomyoma.
Case report
A 51-year-old Caucasian woman presented with a haema. temasis. She was known to have tuberous sclerosis (without a family history) and a few years previously she had a segmental small bowel resection for mesenteric venous infarction.
On examination she was ofnormal intelligence and the only significant findings were adenoma sebaceum, moderate hepatosplenomegaly and an ill-defined mass in the right abdominal flank.
Upper gastrointestinal endoscopy demonstrated three large columns of oesophageal varices which were injected with ethanolamine oleate. Further investigations included Correspondence to: Dr I M Murray-Lyon abdominal ultrasound which showed moderate hepatosplenomegaly, portal vein thrombosis and a right-sided retroperitoneal mass. Coeliac and mesenteric angiography demonstrated portal vein occlusion. CT scan of the abdomen confirmed the retroperitoneal mass pushing forward the kidney. Needle biopsy showed this to be a benign angioleiomyoma.
Further investigations performed to identify any underlying thrombotic state, included platelet aggregation, fibrinogen level, tests of fibrinolytic activity, Ham's test, lupus anticoagulant tests and cardiolipin antibody and levels of antithrombin Ill, protein C and protein S. The only abnormality was a low level of protein C: activity 53% (normal range 75-120) antigen 57% (normal range 70-140).
The low levels of protein C in conjunction with normal liver function tests and normal levels of protein S were consistent with a diagnosis of heterozygous type 1 protein C deficiency. As anticoagulation was contra-indicated by the large oesophageal varices, she was treated initially with danazol and one month later protein C levels had risen to normal (activity 117%, antigen 102%). However, she subsequently developed extensive deep venous thrombosis in her right leg. As the varices had now been obliterated by sclerotherapy, she was anticoagulated and is currently maintained on warfarin.
Discussion
Protein C is a potent thrombin-dependent anticoagulant enzyme whose function is to inactivate coagulation cofactors V and VIII and to stimulate fibrinolysis 1. It is synthesized by the liver and is vitamin K dependent. Most individuals with an inherited defect have levels of protein C of around 50% of normal values, consistent with the heterozygous state 1 ,2. It has been estimated that protein C deficiency accounts for 5-8% of unexplained venous thrombosis in young individuals'', The clinical manifestations of protein S deficiency are similar. Superficial thrombophlebitis occurs in approximately 70% of patients with protein S or C deficiency":", deep venous thrombosis in 75% and recurrent
